We herein present a case of a successful correction of cor triatriatum associated with thrombotic pulmonary hypertension diagnosed in an adult female patient. We confirmed diagnosis using transthoracic and transesophageal echocardiography in addition to cardiac computed tomography and magnetic resonance imaging. Surgical repair comprised excision of the fibromuscular membranous septum in the left atrium, patch closure of an atrial septal defect, and reconstruction of the pulmonary arteries with a vascular graft. Cor triatriatum complicated pulmonary thrombotic hypertension with atrial septal defect is amenable to surgical correction with satisfactory results.
A 44-year-old woman was admitted to our hospital for assessment of an over 10-year history of fatigue, severe dyspnea on exertion, functional impairment class III (NYHA), and intermittent hemoptysis. When the patient was admitted to the hospital, she could not walk even 4 or 5 meters and had been misdiagnosed with Eisenmenger syndrome by various clinics. The patient also had clubbing of her fingers and toes.
During her physical examination, she displayed hypotension (91/60 mmHg) with a regular beat of 70 beats/min. Oxygen saturation on room air was approximately 76% and PaO2 41.8 mmHg based on an arterial blood gas analysis (ABGA).
Cardiac auscultation revealed a grade III systolic ejection murmur at the left upper parasternal border and a slightly accentuated second heart sound. An electrocardiogram showed a sinus rhythm with a right bundle-branch block, right axis deviation, right atrial enlargement, and an S1Q3T3 pattern (an S wave in lead I, a Q wave, and an inverted T wave in lead III). Chest radiography displayed significant cardiomegaly, especially a right-sided heart enlargement and pulmonary venous congestion. A transthoracic two-dimensional echocardiography (TTE) revealed an abnormal linear echo density membrane, which divided the proximal superior common pulmonary venous chamber and the distal true left atrial cavity (Fig. 1) . It also showed a moderate degree of tricuspid insufficiency with severe pulmonary hypertension, in which the were also visible, which suggested the presence of arteriosclerosis due to longstanding pulmonary hypertension (Fig. 3) . proved from 20∼30 meters of walking distance to 300 meters for 6 minutes by approximately 3 weeks after surgery.
She was prescribed Tracleer
Ⓡ (bosentan) to manage pulmonary hypertension and within the 6 months after the operation she was in good condition during periodic visits to an outpatient clinic.
DISCUSSION
Cor triatriatum is a rare congenital anomaly characterized by an abnormal separation of the left atrium into a proximal pulmonary venous chamber and a distal true chamber [1] .
Approximately 75% of patients with such malformations die in infancy, because symptoms usually develop early, therefore surgical operation is requisite during the first year of a patient's life. When older patients present with chronic symptoms, immediate surgical correction is also necessary [2] . The embryogenesis of cor triatriatum remains controversial and is usually explained by either entrapment theory, as proposed by
Van Praagh and Corsini [3] , or by a failed incorporation of the common pulmonary veins into the left atrium [4] . Though it is being diagnosed with increased frequency in adulthood, cor triatriatum remains a rare form of congenital heart disease. In a review by Niwayama of 36 patients diagnosed with the disease, ten were older than 12 years of age [5] . In patients with PAH and pulmonary embolism due to such large thrombi, acute worsening of symptoms with right heart failure may lead to death in weeks to months, or occasionally, sudden death may occur. In summary cor triatriatum is a rare disease associated with chronic thrombotic pulmonary hypertension that can be treated successfully if the diagnosis is done well and sufficient information is available preoperatively.
